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Abstract

withacquired von willebrand disease.

Keywords: jobs syndrome, von willebrand, dermatitis

Hyper igE syndrome, Jobs syndrome, Buckley Syndrome is a syndrome with increased igE levels and multiple abscesses in the body. Acquired
von willebrand disease that is non inherited and is related to other disease processes in the body like myeloprofilertive disorders, autoimmune
disorders or monoclonal gammopathy of undetermined significance. We present to you a case of a two-year-old girl with hyper igE syndrome

Introduction

Hyper igE syndrome was first discovered in the year 1966 when they
discovered an association between cold abscesses in the body and
dermatitis thus naming it Jobs syndrome [1]. Six years after this child
with multiple cold abscesses and dermatitis were discovered by
Buckley hence naming it the Buckley syndrome [2]. Acquired von

willebrand disease that is non inherited and is related to other disease

Case Presentation

The patient was a two-year-old girl brought to the hospital by her
mother giving a history that the child had fever for two days that was
intermittent and not associated with fever and chills. She was also
having recurrent epistaxis and easy bruising since a year. The patient
also had multiple tender swelling on her body. There was no discharge
from the swelling. The patient had one swelling on the leftside of the
chest right below her nipple that was approximated 6X6 cm in size.

The swelling was soft fluctuant, reducible, and tender. The second one

was on the right arm measuring about 2X2 c¢cm in size and was firm

Table 1: Immunology report

processes in the body like myeloprofilertive disorders, autoimmune
disorders or monoclonal gammopathy of undetermined significance.
About one third of the reported cases are associated with a
monoclonal gammopathy of uncertain significance (MGUS) [3-5] We
present to you a case of a two-year-old girl with hyper igE syndrome

with acquired von willebrand disease.

nonfluctuant,tender and not tranilluminating. The third swelling was
on the left forearm measuring 1X1 cm and the fourth one on the left
temple. Her lymph nodes were enlarged in the axillaryinguinal and
cervical region. Family history was negative for this condition. The
patients mother gave history that the baby has penicillin allergy.
Systemic examination was normal. Routine investigations were sent.
Her chest X-ray ecg and echo were normal.VVon willibrand factor
antigen was less than the normal range. His Complete Blood picture

and immunology report are shown in Table 1 and Table 2.

Patient Levels Normal Levels

IgG levels [11.08 4.5-9.16 in 1-2 years of age

IgA levels [1.70 0.2-1 in 1-3years of age

IgE levels [991.5 Less than 60 in 1-5years of age

IgM levels [2.98 0.19-1.46 in 1-3 years of age
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Table 2: Complete Blood Picture.

Hemoglobin levels 6.9g/dl

White blood cell levels 22.15 X10M9/L
Red blood cells level 4.64 X10™M2/L
Platelet levels 552 X 10"9/L

Her peripheral smear showed Microcytic, hypochromic anemia with
elliptocyes. Pus culture and sensitivity showed resistant
Staphylococcus aureus (MRSA), sensitive linezolid and vancomycin

and amoxicillin-clavulanic acid. An abnormal bleeding t ime of
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greater than 22 min and partial thromboplastin time (55 sec)
were found. Following the venipuncture, she had developeda swelling
in the right bicep’ s region.

Her CT scan showing abbesses as shown in Figure 1 and Figure 2
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Figure. 2
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Empirically amoxicillin was started along with iron supplements for

her anemia and desmopressin concentrates for her von willibrand

Discussion

Hyper igE syndrome, Jobs syndrome or Buckley syndrome has
increased IgE concentrations and defective neutrophil chemotaxis [6].
Hyper igE syndrome has been studies by Erlewyne-Lajeuness and
Grimbacher and recently by Freeman and Holland [7, 8]. Acquired
von willebrand disease is a disease that is due to another disease
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